INTRODUCTION
============

Dermatofibrosarcoma protuberans (DFSP) is a rare, locally aggressive dermal mesenchymal neoplasm. The characteristic histologic feature of DFSP is the proliferation of densely packed monomorphous spindle cells, arranged in a storiform pattern. To date, various histological patterns, including the myxoid, fibrosarcomatous and granular cell types, have been described in the English literature[@B1], but myxoid variant of DFSP has not yet been reported in the Korean literature. Herein, we report a case of myxoid DFSP, rarely reported in the Korean dermatology literature.

CASE REPORT
===========

A 69-year-old woman was presented with an enlarging nodular lesion on her trunk. The lesion had been growing over a period of 6 months and she denied any discomfort, except the occasional itching sensation. There was no history of trauma or any preexisting skin lesions in the affected area. Clinical examination revealed multiple erythematous to brownish nodules, with reddish plaque on her abdomen, and some part of the lesion had a gelatinous appearance ([Fig. 1](#F1){ref-type="fig"}).

A skin biopsy was performed and the lesion showed a diffusely infiltrating tumor, involving the entire dermis ([Fig. 2](#F2){ref-type="fig"}). In some parts of the lesion ([Fig. 3A](#F3){ref-type="fig"}), the tumor showed the characteristic storiform pattern, but most of the tumor cells were randomly embedded in the palely eosinophilic stroma ([Fig. 3B](#F3){ref-type="fig"}). The tumor consisted of relatively uniform spindle cells, with elongated nuclei ([Fig 3C](#F3){ref-type="fig"}), and the stroma was diffusely positive for the alcian blue stain, indicating the prominent myxoid degeneration. Immunohistochemically, the tumor cells were strongly positive for CD34 ([Fig. 4](#F4){ref-type="fig"}). Other markers, including desmin, S-100, and epithelial membrane antigen (EMA), were all negative.

The diagnosis of myxoid DFSP was made and the patient was referred to a surgeon for the excision. At the 5-month follow-up, the patient remained lesion free.

DISCUSSION
==========

DFSP is a slowly growing, but locally aggressive tumor, and it usually develops as a multinodular reddish-blue plaque on the trunk. Occurrence at sites of previous trauma has been reported, and many patients have a previous, long preoperative history[@B1]. Our patient had neither previous trauma nor operation history, except vaginal hysterectomy for cervical cancer, 16 years ago. Histologically, DFSP consists of relatively uniform spindle cells containing elongated nuclei, without significant cytologic atypia or pleomorphism, and arranged in a predominantly storiform typical pattern. Although the tumor is usually located in the dermis, it invariably shows the infiltrative growth pattern, with trapping of the subcutaneous fat tissue in the characteristic honeycomb appearance.

The myxoid DFSP is a rare variant of DFSP, characterized by the prominent myxoid stromal changes. Since the first case was cited in 1983 by Frierson and Cooper[@B2], only a few cases have been reported in the literature. The pathogenesis of the myxoid change remains uncertain, and the majority of cases were presented with a slowly growing, firm subcutaneous mass. The most commonly involved sites were the extremities, followed by the head and neck[@B3]. In addition to the typical histological features of the ordinary DFSP, the tumor cells of the myxoid DFSP are embedded in an abundant, palely eosinophilic myxoid stroma, and prominent, thin-walled vessels are frequently present throughout the tumor[@B3]. Immunohistochimical findings are consistent with the typical DFSP, with the positive staining for CD34 ranging from 84% to 100%, and negative for other markers, such as S-100, desmin and actin[@B4].

Prominent myxoid changes are often obscured by the typical storiform pattern, and this may cause considerable diagnostic problems, especially in the distinction between more and less aggressive myxoid mesenchymal neoplasms[@B5]. The differential diagnosis of myxoid DFSP is diverse and includes myxoid liposarcoma, myxofibrosarcoma, myxoid neurofibroma and superficial angiomyxoma. Myxoid liposarcoma is mainly seen in deep soft tissues of the thigh and is distinguished from the presented case by the presence of lipoblasts and atypical, undifferentiated mesenchymal tumor cells, which are usually CD34 negative. Superficially located low-grade myxofibrosarcoma can be easily confused with the myxoid DFSP, because both consist of spindle-shaped cells embedded in a myxoid stroma, rich in small vessels. However, the low-grade myxofibrosarcoma is a rather well-circumscribed tumor, with overall increased cellularity, compared with the myxoid DFSP, and the myxoid areas show a more whorled pattern. In addition, in many cases of low-grade myxofibrosarcoma[@B6], the tumor cells are stained positively for the EMA. The myxoid neurofibroma can be distinguished from the presented case by the presence of S-100 protein positivity, wavy buckled nuclei and intralesional axons. The superficial angiomyxoma can be difficult to distinguish from the myxoid DFSP, because the former may also express CD34. However, in contrast to the myxoid DFSP, the superficial angiomyxoma lesions tend to be displayed in a lobular growth pattern, and scattered neutrophils surrounding the vessels are characteristically seen in a number of cases.

In summary, we presented an interesting case of myxoid DFSP, rarely reported in the Korean dermatology literature, and awareness of this rare variant of DFSP is important to avoid misdiagnosis of more or less aggressive myxoid tumors, which could lead to either under-treatment or overtreatment.

![Multinodular reddish plaques, with partial gelatinous appearance on the abdomen.](ad-23-379-g001){#F1}

![The diffusely infiltrating tumor was located in the entire dermis (H&E, ×40).](ad-23-379-g002){#F2}

![(A) The tumor showed the characteristic storiform pattern in some parts of the lesion (H&E, ×100). (B) In addition to the typical storiform pattern, prominent myxoid stromal changes were demonstrated (H&E, ×100). (C) Bland spindle cells with oval nuclei were randomly embedded in the loose myxoid stroma (H&E, ×400).](ad-23-379-g003){#F3}

![(A) The tumor cells were strongly positive for CD34 (CD34, ×40).](ad-23-379-g004){#F4}
